Introduction {#s0005}
============

Retinitis Pigmentosa (RP) has been reported to be associated with retinal hemangioma, retinal angiomatous proliferation and polypoidal choroidal vasculopathy and vasoproliferative tumour.[@b0005], [@b0010], [@b0015], [@b0020]

However there is no report of choroidal nevus in an eye with RP. We present a case of RP which also harboured a choroidal nevus at the macula.

Case report {#s0010}
===========

A 50-year-old male presented with the complaint of diminution of vision in his both eyes, more in the evening hours. There was no history of similar complaints in any of his family members. The best corrected visual acuity was 20/160 in his both eyes. Anterior segment examination revealed clear cornea with posterior subcapsular cataract in both eyes. Fundus in both eyes revealed bony spicule pigmentation and retinal pigment epithelial atrophy sparing the macula. He also had retinal arterial attenuation and minimal optic nerve head pallor in both eyes. Left eye showed a blackish pigmented lesion over two disc diameter size just temporal to fovea ([Fig.1](#f0005){ref-type="fig"}A and B). There was no subretinal fluid (SRF) or pigment overlying the lesion.

Spectral domain optical coherence tomography (Topcon 3D OCT-1000) revealed elevated contour of choroid and hyporeflectivity at the area of lesion with no overlying SRF ([Fig.2](#f0010){ref-type="fig"}A and B). Dimension of the lesion on B scan ultrasonography (Appaswamy Marvel B scan) was 1.5 mm × 1.5 mm × 1 mm ([Fig.2](#f0010){ref-type="fig"}C). Full field electroretinogram (Veris Science 6.3.2) revealed flat scotopic and photopic responses in both eyes ([Fig.3](#f0015){ref-type="fig"}A and B). A diagnosis of RP with choroidal nevus was made for the left eye. As nevus had a thickness of less than 2 mm and there was no SRF or pigment over the nevus, no intervention was advised. Patient was advised to wear sunglasses for sun protection. He has been under regular follow-up for last two years with no increase in the size of the nevus. He was explained about the prognosis of RP.

Discussion {#s0015}
==========

Nevus cells are considered as atypical or modified melanocytes.[@b0025] They are the outcome of atypical melanization of melanoblasts derived from neural crest.[@b0030] Decreased choroidal blood flow in eyes with RP has been linked with retinal angiomatous proliferation and polypoidal choroidal vasculopathy.[@b0015], [@b0020], [@b0035] However, association of choroidal nevus with RP has not been previously reported. Since conjunctival melanoma and dermal melanoma have been linked to ultraviolet radiation, our patient was advised to wear sunglasses for protection against ultraviolet rays.[@b0040]

Autosomal dominant RP has been shown to be linked to the human peripherin/Rds locus of chromosome 6p.[@b0045] Choroidal melanoma has been shown to have loss of long arm (6q) and gain of the short arm (6p) in chromosome 6.[@b0050] The specific genes involved are yet to be identified. Gunduz et al. had reported a case of choroidal melanoma with RP.[@b0055] Choroidal nevi are in the same group of uveal melanocytic disorders as choroidal melanoma and could share similar genetic mechanisms. We postulate that the close proximity of the genetic loci associated with RP and possibly choroidal nevi may lead to the association that we have found. Further genetic studies are necessary to establish any genetic association between the two conditions.

The bone spicules in RP develop around retinal blood vessels due to accumulation of pigments in the retina secondary to disintegration of retinal pigment epithelium. Normal adult normal melanocytes are found in the suprachoroidal lamellae and around choroidal blood vessels whereas nevus cells are larger than normal melanocytes and have other morphological features differentiating them from normal melanocytes.[@b0025] Interestingly eyes with Choroidal melanoma complicated with retinal invasion occasionally display dispersed melanoma cells lining the posterior hyaloid as a preretinal pigmented membrane, termed as pseudoretinitis pigmentosa.[@b0060] Coexistence of Nevus and RP in same eye could be coincidental or could be result of underlying common genetic alterations, which further studies can only answer.

However the coexistence of RP and choroidal nevus in the same eye emphasizes on the need for careful examination of patients with RP so that all blackish lesions in the fundus are not thought of as pigment clumps. Nevus of thickness \>2 mm, present within 3 mm of optic disc and having visual symptoms, subretinal fluid, orange pigmentation, hollowness on ultrasonography and with no drusen or surrounding halo, should be carefully watched to detect enlargement. It is important not to miss a nevus because such an eye would require additional investigations such as B scan ultrasonography to assess the malignant potential and a close follow-up to pick up changes in the nevus size.
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![(A) Colour fundus montage photograph of the right eye showing multiple bony spicule pigmentation more conspicuous in the midperiphery (white arrow with black outline). (B) Colour fundus montage photograph of left eye showing multiple bony spicule pigmentation (white arrow with black outline) and choroidal nevus temporal to macula, approx. 3 DD in diameter (white arrowhead).](gr1){#f0005}

![(A) Spectral domain optical coherence tomography of left eye with a choroidal hyporeflective mass elevating the retina (black arrowhead with white outline). (B) Colour fundus photograph of left eye showing the area through which the line scan passes. (C) Ultrasonogram B scan of left eye shows a 1.5 mm × 1.5 mm × 1 mm mass at choroidal level with high surface reflectivity and uniform internal reflectivity (white arrow).](gr2){#f0010}

![Full field electroretinogram of both eyes showing extinguished response.](gr3){#f0015}
